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P e t r y k o w s k i , M . H e n t s c h e 1 , J . G i r a r d l , M .~r a n d i s * . D e p t s .
of P e d i a t r i c s , U n i v e r s i t i e s F r e i b u r g , G e r m a n y a n d n a s e l l , S w i t z e r l a n d U r i n a r y HGH h a s b e e n p r o p o s e d t o e v a l u a t e HGH secret i o n . R e n a l e x c r e t i o n o f m i c r o p r o t e i n s , i n c l u d i n g HGH, d e p e n d o n G F R a n d p r o x i m a l t u b u l a r r e a b s o r p t i o n . I n 15 c h i l d r e n w i t h v a r i o u s r e n a l diseases HGH e x c r e t i o n w a s c o m p a r e d t o i n u l i n c l e a r a n c e ( G F R ) w i t h a m e a n f S E M o f 1 0 8 + 1 5 m l / m i n * 1 . 7 3 m 2 ( r a n g e 2 2 -2 3 8 ) a n d r e n a l t u b u l a r f u n c t i o n d e t e r m i n e d by a l b u m i n ( A L B ) a n d a l -m i c r o g l o b ul i n (al-MG) e x c r e t i o n u n d e r s t a n d a r d i z e d c o n d i t i o n s ( f a s t i n g , v o l u m e l o a d 2 % of b o d y w e i g h t per h ) . HGH c o n c e n t r a t i o n s ( n = 4 4 ) w e r e m e a s u r e d w i t h t w o d i f f e r e n t a n t i b o d i e s by R I A , N o r d i s k and o w n ( G i r a r d ) m e t h o d . W i t h b o t h a s s a y s RGH w a s s i g n i f i c a n t l y c o r r e l a t e d t o ALB ( m e a n + S E M : 6 2 8 f 3 4 2 m g / l ) w i t h R o f 0 , 5 0 ( p < 0 . 0 0 1 , N o r d i s k ) a n d R = 0 , 4 1 ( p < 0 . 0 1 , G i r a r d ) , a n d al-MG ( 7 . 9 t 3 . 0 m g / l ) w i t h R = 0 , 4 2 a n d R = 0 , 5 2 ( p < 0 . 0 1 a n d p < o . o o l ) .
FE of HGH w a s i n v e r s e l y c o r r e l a t e d t o G F R ( R = 0 . 6 1 , p < 0 . 0 0 1 ) b u t i n d e p e n d a n t o f u r i n a r y f l o w r a t e . C o n c l u s i o n : T o e x c l u d e d i s t u r b e d r e n a l h a n d l i n g u r i n a r y HGH c o n c e n t r a t i o n s s h o u l d be e v a l u a t e d i n c o n j u n c t i o n w i t h a l b u m i n a n d a l -M G t o e s t a b l i s h g l o m e r u l a r a n d p r o x i m a l t u b u l a r i n t e g r i t y . a s three huo week courses of prednlsone and vlncrlstlne durlng the first year of therapy The total durat~on of therapy was 2 1R (BFM 70) or 2 vs 2 112 years (BFM 76) Pubertal growth war documented at different tlme lntewals dunng puberty ~ncludlng peak helght velac~ty PHV was 8 8 + 2 1 cm I" girls and 9 1 + 0 5 cm In boys comparing favourablv with normal standards of 9 8 + 1 2 cm ID bovr and 8 1 + 1 2 cm ~n alrls 1Euckler i9901 Normal orawih was also noted lor other ~i b e r t a l oer~od; l e menarc<e to AH. PHV to AH etc . On ihe other hand the age of PHV war early'," girls 10 7 + 1 4 years vs 12 2 2 1 0 years (controls) and normal In boys (13 6 +lo 3 vr 13 9 + O 8 years)
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Wh~le growth was normal durlng puberty the mean helght-SOS before, afler therapy and AH mdbcated a conttnuous loss of height-SDS wlth 0 74. 0 23 and 0 18 SDS for the total group of boys and girls In contrast, normal adult urlght was reached with 179 7 + 6 4 cm (boys) and 163 5 r 6 1 cm (girls) whlch was not dlfferenl t o m TH (Tanner method) af 17i5.4 5 cm a n d 1 6 3 2 t 3 1 cm Helght predictions are performed I" g i r l s wlth CIS uslng varlous methods of helght prcdlctlan (HP). Rarely, adult helght (AH) and predicted hslght have been analysed I n a larger group of untreated t a l l g i r l s t o evaluate the accuracy of each predlctlon method Adult helght was measured l n 104 women previously seen for CTS. Bone age (8A) was reevaluated In a l l parlrnrs uslng the Greullch-Pylc (GP) and Tanner-Whltehouse TW?-RUS method of B A detrrrnrnatl~n. CA and 8A were not different by more than 1 year (GP-mcthodl. HP were pcrformea accord~ng to the T l l -, BP-, RWT-and TW-Mark I and TW-Mark I 1 methods. In addltlon, HP wore calcularid f o r the T W methods wlth mldparent a l helght (MPH) of 172 cm and the age of menarche. CA a t the l n l t l a l v l r l t was 12.9 + 1.4 years ( x + SO), B A 13.2 + 1.4 years (GP) and 14.0 + 1 . 3 years (TW 11-RUS).
----AH was 179.8 3.8 cm. 114 h c~g h t predrctlons were performed at.dlf€erent SA groups starting a t 10 years.
The BP-method was the o n l ) method overestlmatlng AH by 0.5 + 2.7 crn ( t o t a l group). All Other methods underest~matcd A H (RWT -1.8 2 2.3 cm, TW-Mark I -2.7 + 2.6 cm, TI$-Mark I 1 -1 . 7 + 2.5 cm). tio r n a~o r lrnprovement was noted, when MPH or age of me--narche were lncludcd. TH underestimated A H by -6.5 + 4.3 cm. 8 patlents wlth an A H of 178.7 cm had two HP performed a t a mean CA of 11.5 G d 13.1 years. Mean HP were almost ~d e n t l c a l wlth 178.4 cm vs 178.3 cm (BPI and 177.7 cm vs 176.1 cm (TW-Mark 11). We conclude, f a l r l y accurate r e s u l t s were obtalned f u r the t o t a l group of t a l l g l r l s wlth a h 0 5 1 a l l helght predlcilons. Repeated HP, performed l n a small number of pat l e n t s , did not Improve the accuracy of the method. Wlth AH being much t a l l e r than TH the helght gal" ~n t a l l g l r l s abv~ously exceeds the magnitude of the average secular growth change. 
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G r o w t h velocity is m a r k e d l y r e d u c e d i n c h i l d r e n w i t h D o w n s y n d r o m e (DS) b e t w e e n 6 m o n t h s a n d 3 y e a r s o f a g e , b u t is a l m o s t n o r m a l a f t e r 3 y e a r s o f age. T h u s , t h e g r o w t h r e t a r d a t i o n becomes p r o n o u n c e d d u r i n g t h e p e r i o d w h e n g r o w t h h o r m o n e (GFI) s t a r t s t o s t i m u l a t e growth. We r e p o r t t h e l o n g t e r m effects o f G H -t h e r a p y i n 16 c h i l d r e n w i t h DS.
T r e a t m e n t w i t h G e n o t r o p i n , 0.1 Ukg B W I d a y was s t a r t e d a t a m e a n age o f 7.4 (6-9) m o n t h s . T h e r e s u l t s a f t e r 12 (n=16), 24 (n=14) a n d 30 ( n = 1 0 ) m o n t h s are p r e s e n t e d . The mean h e i g h t stand;trd d e v i a t i o n score (Swedish s t a n d a r d ) b e f o r e t h e r a p y was -1.8 a n d t h e mean h e a d c i r c u m f e r e n c e was -1.2. A f t e r 12, 2 4 a n d 30 n~o n t h s t h e m e a n h e i g h t SDS w e r e -1.1, -0.9 a n d -0.9 a n d t h e m e a n h e a d c i r c u m f e r e n c e SDS were -1.1, -1.1 a n d -1.2, respectively. C o n c l u s i o n : D u r i n g G H -t r e a t m e n t t h e c h i l d r e n w i t h DS d i d n o t d e v i a t e f u r t h e r f r o m t h e S w e d i s h g r o w t h s t a n d a r d . As c o m p a r e d t o g r o w t h c h a r t s f o r c h i l d r e n w i t h DS ( P e d i a t r i c s 81:102, 1988) t h e m e a n h e i g h t s t a r t e d a t t h e 50111 c e n t i l e a n d re;tched t h e 9 0 t h c e n t i l e a f t e r 2 4 m o n t h s o f t r e a t m e n t . T h e h e a d c i r c u m f e r e n c e w a s n o t a f f e c t e d b y t h e t h e r a p y .
349
"ARDIA,:
A m e n 3 t . K . -' I . S a n 3 r i n g a n 3 S . G e l l e r t . C h i l 3 r s n s : i o s p i t a l a n d I n s t i t u t e f 2 r Diagnostic R a 3 l o l o q y , i u m b o l 3 t -U n i v e r s i t y ( C h a r i t e ' ) , 0-13-10 B e r l i n , G e r m a n y i o e v a l u a t e s i 3 c e f f e c t s o f a h u m a n g r o w t h h o r m o n e t h e r a p y ! r -h G 3 ) w e p e r f o r m e 3 s t a n d a r 3 C G -g a t e 3 d R I ( n u it i p l e s l i c e e c h o s e q u e n c e , 1 . 5 T ) . tie ~n v e s t i g a t e d 1 2 g i r l s w i t h T u r n e r ' s s y n d r o m e ( Y S , c h r o n o l o g i c a l a g e 3 . 5 t o 1 9 . 1 y e a r s , r-hG!l 3 o s i s 1 3 -2 4 1 U / m 2 / w e e k , p e r i o d o f t r e a t m e n t 2 4 t o 3 5 m o n t h s ) a n 3 1 4 c h i l d r e n ( n o r m o t o n i c ) w i t h c h r o n i c r e n 7 l f a i l u r e ( C R F , c h r o n . a g e 4 . 1 t o 1 5 . 6 y e a r s , r -h G : i 3 o s i s 2 3 -3 2 I U / m 2 / w , t r e a t m e n t p e r i o d 3 t o 11 m o n t h s ) . T h e r e w e r e n o p a t h o l o g i c a l f i n 3 l n g s i n t h e g r o u p o f TS p a t i e n t s w h e r e a s i n 3 o f 1 4 c a s e s s u f f e r i n g f r o m C R F w e h a v e s e s n c i r c u m s c r i p t a l t h i c k n e s s o f t h e c e n t r a l a n d b a s a l :>art o f t h e s e p t u m o f t h e h e a r t w i t ho u t a n y e v i : i r n c c o f l e f t v e n t r i c u l a r h y p e r t r o p h y . T h e i l g n a l i n t e n s i t y of t h e s e s u s p e c t e d a r e a s w e r e i j a n t i c a l t o n o r m a l m y o c a r r l i u n~. T h e s e a h n o r m a l i t l ? -, w e r e f o u n d t o !,a u r~c n a n g e -l ! e . g . o r t h o u t a n y p r o g r e s s i o n ) u n d e r f u r t h e r treatment o f 5 m o n t h s . A l t h o u g h t h e c t i o l o g y o f t h i s reg i o n a l m y o c 3 r . l i _ l l h v : > e r t ro.>hy 01 t h z i n t r a v c n t r i c u l a r s e p t u m o f t + e h e a r t i s st111 u n k n o w n , s u c h m y o c a r 3 i a l c h a n g s s ? a y b e r e l a t e 3 t o m s t a b o l i c 3 i s t u r b a n c e s i n u r e - 
